SINCE this disease was named in I939, many other terms have been given to this syndrome notably ' mucoviscidosis '. For want of a better descriptive term, we most generally refer to it as fibrocystic disease or cystic fibrosis of the pancreas. It is obvious that, with the generalized nature of the disease, as we now view it, most of these terms are too restrictive. Cystic fibrosis is a generalized exocrine gland dysfunction with the intensity of this dysfunction varying in the different glandular sites, as well as among different patients.
In all exocrine glands that have been thoroughly studied, some type of derangement has been found.
In the pancreas, the classical pathological lesion and the resultant deficiency of pancreatic enzymes in the duodenal fluid characterize the involvement of this area. In addition, the duodenal fluid is not only deficient in pancreatic enzymes but manifests an abnormal viscosity.
One of the pronounced deviations from the normal occurs in the sweat glands where patients with cystic fibrosis manifest a much higher sodium and chloride concentration than the normal child. Such abnormalities in the sweat are utilized as diagnostic criteria and there is no question that such tests Values for some of the organic components are given in Table i .
As can be seen, the mean per cent. dry weight in cystic fibrosis secretion is twice that observed in the ing time in a very brief stay in London to come and tell us his fascinating biochemical story, because this is a disease in which discovery is being made quite fast and it is quite difficult for us to incorporate it into our clinical thinking. I shall largely be concerned just to mention how the mucus does in fact give rise to an increase of bronchial disease. The mucus is a good culture medium for a number of bacteria, and a large amount of experimental work that was done with introducing infection into the lung in fact depended on the introduction of bacteria suspended in mucin. It has been shown that the effect of mucin was not in any way to lower resistance or to enhance virulence, whatever those two terms mean, but to be related to the size of the inoculum. Injecting the bacteria suspended in mucus in fact gave them time to multiply to a largesized colony before they invaded My own personal opinion, at the present time, is that the alteration in ionic transport is primarily responsible for all symptoms observed in this disease including the increased viscosity of the mucoid secretions. As to whether the defect involves primarily sodium or calcium ions, the data thus far is too incomplete and much more work is needed to clarify this point.
